SUMMARY We report a 7-year-old boy with progressive, early onset somatic and cranial muscle weakness associated with external ophthalmoplegia, facial weakness, type I fibre hypotrophy and myofibril degeneration. We separate this condition from congenital fibre type disproportion because of the facial weakness, ophthalmoplegia, central nucleation, and lysis in type I fibres. The case, which is similar to that described by Bender and Bender (1977) , nosologically should be classified between the centronuclear myopathies and congenital fibre type disproportion, and most likely represents a congenital or neonatal disturbance of trophic interaction between nerve and muscle.
Selective smallness of Type I fibres has been noticed in various stationary or slowly progressive congenital neuromuscular disorders. Although cranial and somatic muscles are commonly involved, eye muscle weakness, or ophthalmoplegia is unusual except in myotubular myopathyl-11 and congenital myasthenia gravis. Bender and Bender12 described an infant with severe congenital somatic and cranial muscle weakness associated with complete external ophthalmoplegia, type I fibre hypotrophy and intact neuromuscular junctions. In this report we present a second case of this rare type of congenital neuromuscular disease and compare its clinical characteristics with the other similar conditions. We distinguish this congenital neuromyopathy from myotubular (centronuclear) neuromyopathy and congenital fibre type disproportion on clinical and histological grounds. Our 7-year-old male patient presented with generalised weakness associated with blepharoptosis, ophthalmoplegia, type I fibre hypotrophy and focal zones of myofibrillar lysis.
Case report
The patient, a 7i-year-old boy, was delivered by Caesarian section due to foetal distress. During the pregnancy, foetal movement was normal. He had asphyxia at birth and required intensive care for one month because of poor sucking and hyptonia. Body weight gain was slow and weak sucking remained throughout infancy. During infancy, a neuromuscular problem was suspected. He Whether the patient's condition is derived from neurogenic or myopathic disease is unclear, but the lack of fibre necrosis, regeneration, phagocytosis, or endomysial connective tissue proliferation with normal CK levels excludes a "myopathic" change in the ordinary sense. Engel et a127 presented a necropsy case of type I fibre hypotrophy with central nuclei, with no abnormality in the central or peripheral nervous system. However, a large proportion of patients with centronuclear myopathy or congenital fibre type disproportion had absent deep tendon reflexes even though they probably had enough muscle power to elicit joint movement. The pathogenesis of type I fibre smallness might be explained by some defect of the monosynaptic reflex arc which would probably influence type I fibre maturation. 26 The combination of type I fibre hypotrophy, predominance, sporadic myofibrillar degeneration, and ophthalmoplegia are the cardinal features in our patient and closely approximate the case of Bender and Bender.'2 The prognosis should be guarded. The Benders' case was more severely involved and died during early infancy (personal communication).
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